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for 61,6%. The median follow-up was 96 months (from 6 to 384 months).
85,1% experienced no complication and neither dilated cardiomyopathy nor
death had occurred at last follow-up. Pacemaker-related complications
appeared in 11,6%.
 
Conclusion:
 
 We describe the largest reported experience with isolated and
non immune congenital and childhood AVB. Such a block is a nodal damage
from unknown origin that may postnatally progress in incomplete forms. Out-
come is not influenced by age at diagnosis. Prognosis is very good with no
late-onset dilated cardiomyopathy, a few pacemaker-related complications in
the modern technological era and no death at last follow-up.
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Background:
 
 Acute Aortic syndromes (AAS) are life threatening diseases.
Despite recent improvement in management, data are limited regarding their
actual diagnosis accuracy, therapeutic and mortality. We aimed to assess deter-
minants of in-hospital mortality in patients with AAS.
 
Method:
 
 Our analysis was based on data from the French prospective
National Multicentre Registry (14 referral French Health Care Centers) of
AAS (Feb 2008 - Dec 2009). Assessment of determinants of in-hospital mor-
tality was based on multivariable logistic regression.
 
Results:
 
 The study included 278 patients (72 % men) mean aged 66 (± 14)
years. AAS consisted in type A dissection (AD; n=143), type B dissection
(BD; n=90), intra mural hematoma (IMH; n=21), complicated thoracic aneu-
rysm (CTA; n=20) and penetrating ulcer (PU; n=4). Major aortic complica-
tions were cardiogenic shock and visceral malperfusion in 14.3 % (n=40) and
13.6 % patients (n=38) respectively. Disease management was medical in 35
% patients, surgery (45 %) or endovascular treatment (13 %). Total intrahos-
pital mortality was 21 % (n=56) [40% in CTA group, 27% in AD group, 16
% in IMH group, 9% in BD group and none in PU group (p=0.001)]. Deter-
minants independently associated with in-hospital mortality were: type of
AAS (Odds ratio= 0.34 [95% confidence interval: 0.14-0.86] for BD, OR=
1.38 [0.45-4.22] for CTA and OR= 0.46 [0.12-1.79] for IMH or PU, versus
type A dissection), age above to 65 years (OR: 2.73 [1.33-5.61]), history of
hypertension (OR: 0.43 [0.21-0.86]), history of aneurysm (OR: 2.47 [1.04 -
5.88]), cardiogenic shock (OR=2.71 [1.18-6.24]) and visceral malperfusion
syndrome (OR=2.42 [1.01-5.78]).
 
Conclusion: 
 
Despite recent progress in diagnostic and therapeutic, acute
aortic syndromes are still associated with high intrahospital mortality. This
recent large multicentric study identifies higher risk patients of poor in-hos-
pital prognosis and emphasizes the need to still improve the management of
AAS.
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Introduction:
 
 Familial amyloid polyneuropathy (FAP) is an autosomic
dominant inherited disease. FAP cardiopathy is characterized by conduction
disorders, denervation, and cardiac infiltration. Because of the risk of high
degree atrioventricular (AV) block and sudden death, prophylactic pacing can
be suggested when there is evidence of amyloid infiltration of the AV conduc-
tion pathways. Our purpose was to estimate prevalence of AV block and
pacing dependence for high risk FAP patients. 
 
Methods:
 
 In a cohort of 51 FAP patients, we performed standard ECG and
electrophysiological study. Patients  with conduction disorders  underwent
prophylactic pacing. During follow up, AV conduction was studied by using
data from the Holter memories of pacemakers. 
 
Results:
 
 Baseline characteristics of the patients are summarized on table 1.
During the follow up, permanent high degree AV block occurred in 23.5% of
the patients (12/51)(cf. fig.1). Average percentage was 23±35 % for ventric-
ular pacing and 18±24% for atrial pacing. Paroxystic AV block was recorded
for all patients but 3 (94%). Prevalence of AV conduction disorders was
283±465 events per month (epm) and was distributed in 14±46 epm for third
degree AV block, 195±386 epm for second degree AV block, 73±225 epm for
first degree AV block and 0.2±0.7 epm for pauses. During the study, sustained
atrial arrhythmias occurred in three patients. No sustained ventricular
arrhythmia was recorded.
 
Conclusions:
 
 Patients with FAP cardiomyopathy present high incidence of
AV blocks. For FAP patients with involvement of the AV conduction
pathway, prophylactic pacemaker insertion should be performed.
 
Incidence of permanent AV block.
Table 1 : Baseline characteristics
 
 Mean±SD
age (years)
 
54±13
 
% of men
 
64.7%
 
Lenght of fu (months)
 
34±33
 
% Val30Met
 
64%
 
Surface ECG
Conduction disorders
 
74%
 
AVB type 1
 
38%
 
PR interbal (ms)
 
191±41
 
QRS interval (ms)
 
94±21
 
Electrophysiological study
corrected sinus recovery time (ms)
 
546±438
 
AH interval (ms)
 
117±43
 
HV interval (ms)
 
68±11
 
Anterior Wenckebach point (bpm)
 
128±33
